. Dark broum-black macules on the lateral aspect ora finger. The jagged margin of the proximal lesion is characteristic lesions had been less troublesome. After starting work as an upholsteress the lesions had been more numerous. Recreational trauma and warm sunny weather were also recognized as factors precipitating haemorrhagic lesions. As a teenager, a diffuse palmoplantar keratoderma accompanied by thickening of the skin on the dorsal aspect of the hands developed. Only at the age of 20 years were brown scaly follicular papules typical of Darier's disease noted on the perioral, limb and abdominal skin. At the age of 40 years, splitting of the fingernails developed; examination revealed longitudinal nail plate ridges and fissures and V and Y notching of the free edge of the nail plate. Palmar pits pathognomonic of Darier's disease were present on the palms and finger pulps. No other family member was similarly affected.
Full blood count and platelet count, prothrombin, partial thromboplastin and bleeding time were all normal and stool, urine and porphyrin screening was negative.
Biopsy of a papule on the abdomen was typical of Darier's disease, showing suprabasal clefting of the epidermis with acantholysis, dyskeratosis, corps ronds, grains and overlying hyperkeratosis.
Biopsy of an early haemorrhagic lesion on the dorsum of the hand revealed epidermal acanthosis and hyperkeratosis overlying a large intraepidermal lacuna filled with erythrocytes ( Figure 2 
Discussion
In a review of 34 cases of Darier's disease reported in a large English textbook of dermatology" diagnostic lesions were found on the hands in every patient; nail dystrophy, acrokeratosis verruciformis like lesions, palmar pits and keratoses being the most commonly found lesions. The haemorrhagic palmoplantar lesions described in our case are identical in clinical and microscopic appearance to those reported by Jones et al.', and they would appear to be the rarest acral manifestation of the disease. In all of the four cases reported by Jones et al., there was marked palmoplantar hyperkeratosis and haemorrhagic lesions were recognized by the sufferers to be precipitated by trauma. The presence of extensive Darier lesions on palmoplantar skin results in a suprabasal eleft into which extravasated erythrocytes seem able to accumulate and later undergo transepidermal elimination. If the pathology of Darier's disease is looked at en face, then rather than being smooth or regularly angulated in outline, it is irregularly angulated and jagged and this probably accounts for the distinctive marginal morphology of the haemorrhagic lesions.
We are unaware of any other reports of these lesions in Darier's disease. They are nonetheless distinctive and as this case illustrates they may be the earliest manifestation of this dermatosis. Arch DermatoI1964; 89:523-7 (Accepted 27 September 1988) disorder is usually of unknown aetiology and patients frequently require mechanical ventilation. A case is now reported in which Ondine's curse was found associated with previously unrecognized hypogammaglobulinaemia. The hypoventilation resolved with immunoglobulin replacement therapy.
Case report
A 9-month-old girl was admitted with slow weight gain, developmental delay and a one-day history of poor colour and hepatomegaly. She had already received diphtheria, tetanus, pertussis and oral polio vaccines three times and had previously had several respiratory tract infections without difficulty. On admission, her weight was 7.5 kg (below the 10th centile), length 69 em and head scan, nuclear magnetic resonance of brainstem, electromyogram, diaphragmatic screening, and chromosomes. There was no evidence of dysautonomia.
The patient was subsequently decannulated and is continuing to grow and show catch up development 18 months after her initial illness.
Discussion
Ondine's curse, or CHS, derives its name from the story of the water nymph, Ondine, who, having been jilted by her mortal husband, took from him all automatic functions and therefore required him to remember to breathe.
There are congenital and acquired forms of the syndrome'<. There are no specific abnormalities on routine blood, CSF, and urine examination. Sleep studies are the most helpful tool in diagnosis, as they tend to show normal pH, Paco 2 , and Pao 2 in the awake patient, with some patients having a Paco, greater than the normal upper limit. When patients are asleep or sedated, however, they develop marked hypoventilation, leading to hypoxia and hypercapnia, and, as shown in this case, pulmonary hypertension.
Acute and chronic treatment is usually by mechanical ventilation. Centrally and peripherally acting stimulants have been tried, with only limited success. They include aminophylline, doxapram, progesterone, and medroxyprogesterone", Phrenic nerve pacing has been used successfully following earlier disappointing results. Ilbawf reports success in pacing a child from infancy to 8 years (at time of their publication in October 1985). Tracheostomy with positive pressure ventilation remains the mainstay of treatment for patients who require prolonged support. This patient demonstrated the expected findings of hypoventilation and pulmonary hypertension with sleep.
A minor immune deficiency was suspected because of a history of recurrent upper respiratory tract infections with slow weight gain. We propose that the patient had had a brainstem encephalitis from which she had not fully recovered. By the time of the patient's admission to hospital, she was no longer shedding virus. Both the autonomic instability, present during the first hospital week, and the need for night ventilation resolved with immunoglobulin replacement therapy. The sustained systemic hypertension present on admission was unexplained and resolved during the first hospital days .
In this patient, diagnosing a treatable underlying condition appears to have provided a different and successful treatment for a condition which usually requires life-long mechanical ventilation. Ann Thorac Surg 1985; 40:323-9 (Accepted 15 Chest radiograph showed an enlarged heart with bilateral interstitial shadowing and a right-sided pleural effusion. Arterial blood gas on admission showed pH 7.46, Pc0 2 41 mmHg (5.5 kPa) and Po 2 59 mmHg (7.9 kPa) in air. When sedated with chloral hydrate for echochardiography, she became cyanosed with poor respiratory effort, and blood gas in air showed pH 6.98, Pc0 2 145 mmHg (19.3 kPa) and Po 2 38 mmHg (5.1 kPa). She was intubated and fully ventilated for two weeks. A tracheostomy was placed during the third hospital week for night ventilation. The hypertension resolved during the first hospital week.
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The diagnosis of Ondine's curse was confirmed with transcutaneous monitoring and cardiac catheterization. When she was awake, normal oxygen and carbon dioxide tensions and normal pulmonary artery pressures were seen. When asleep, a repeating cycle of falling Po 2 , rising Pc~2 and rising pulmonary artery pressure was seen until the patient roused herself and all the values normalized ( Figure 1 ).
Admission immunoglobulin results were subsequently found to be IgG 8 Ulml (normal 30-110), IgA 5 Ulml (normal 10-60), and IgM < 10 Ulml (normal 35-170). Other immune function studies were normal, and no virus was isolated. Immunoglobulin replacement therapy with fresh frozen plasma and subsequently with human normal immunoglobulin injection(Intraglobin) and prophylactic co-trimoxazole were begun. Clinical improvement with weaning from night ventilation occurred during the eighth hospital week, five weeks after immunoglobulin infusions were begun. Other investigations found to be normal during the hospital admission included lumbar puncture, computerized brain 
